6 of mitral valve disease. Bone marrow: increased plasma cells, many atypical. Comment Systemic amyloidosis of this type is rare and carries a poor prognosis. In a series of 15 patients described by Barth et al. (1969) , the mean survival of 12 patients from the time of diagnosis until death was 13 months. In subjects with macroglossia survival for more than two years from the time of onset of symptoms is exceptional.
It is thought that all such cases are related to abnormal plasma cell function. In most subjects a serum paraprotein or Bence-Jones protein, usually A light chains, is detectable. In one patient, the partial amino acid sequence of the amyloid fibril protein and the associated Bence-Jones protein have been compared and found identical (Terry etal. 1973) .
Paraproteins occur most commonly in patients with carpal tunnel syndrome and macroglossia. However, the prognosis does not seem to be affected by the presence or absence of detectable paraprotein, as the amyloid deposits are the limiting factor in survival.
In our patient the onset of heart failure has coincided with the appearance of widespread amyloid, and is probably due to cardiac infiltration, although the presence of preexisting heart disease cannot be excluded.
Dr M M Black: At the International Symposium on Amyloidosis (held in Helsinki, August 1974) E Sohar and J Gafni reported that colchicine (1.0 mg i.v. twice daily) reduced attacks of fever in familial Mediterranean fever, a disease in which 30% of cases develop amyloidosis, with a high mortality. These workers found that colchicine prevented the formation of amyloid in mice treated with casein. As other treatments of systemic amyloidosis are of no avail, it would be worth giving colchicine to this patient. REFERENCE British Medical Journal (1975) iii, 60 Dr Louis Forman: Several of the solid papular infiltrations showed purpura, a valuable diagnostic sign. This patient's cardiac insufficiency may well be due to amyloid infiltration of the muscle. I saw a woman in her 50s who had purpura on the legs, associated with erythema nodosum and joint pains, three years before her death. She was readmitted in heart failure with pleural effusion. Post mortem the heart was grossly enlarged and infiltrated with amyloid. Reexamination of the histology of the purpuric skin did not show amyloid in the walls of the vessels. Dr R P Warin: Are the white lesions on the tongue due to amyloidosis or geographic tongue? The annular lesion today and the appearances of the photograph demonstrated are in favour of the latter diagnosis. Careful day-to-day observation or photography of the lesion might clear up this point, as the edge of geographic tongue spreads at the rate of 2 to 3 millimetres per day. History: At birth (29.9.72), his mother noted the present skin changes, which have altered little since.
On examination: An active, normally proportioned 2N-year-old. Striking reticulate areas of focal dermal hypoplasia on cheeks, limbs and buttocks, accompanied by telangiectasia. Warty epidermal naevi in groins and on right ankle. In posterior fold of right axilla was a 1 cm fatty 'herniation'. Nails dystrophic and thin. Hypoplasia and generalized mottling of deciduous upper incisors, laterals and lower molars; dental enamel thin and pitted with excessive early caries. Eyes normal. Developmental assessment: Above average intelligence. X-rays: Skull X-rays showed asymmetry with flattening of the left parietal region. Skeletal survey showed no osteopathia striata (Howell & Reynolds 1974) . This case is thus the more unusual and appears to be the fifth recorded in a male (Gottlieb et al. 1973 ). The characteristics of the syndrome are well summarized in Goltz's definitive paper (Goltz et al. 1970) . It is interesting that this boy shows only a mild degree of skeletal asymmetry and is not mentally defective. The prognosis in his case would appear to be fairly good.
The differential diagnosis includes incontinentia pigmenti. Apparently, some cases of FDH have an initial inflammatory or bullous phase to the linear atrophic areas. However, dermal underdevelopment is not a feature of incontinentia pigmenti. In naevus lipomatosis of Hoffmann and Zurhelle, soft fatty nodules indistinguishable from the herniations seen in FDH are present at birth, particularly on the buttocks. There is, however, no associated dermal hypoplasia. Children with congenital poikiloderma of Rothmund-Thomson are normal at birth and only at 3-6 months develop the erythema in sun-exposed areas which eventually leads to the marked changes of atrophy and telangiectasia and which could appear similar to the dermal hypoplasia and telangiectasia of FDH.
Dr R J Cairns: I agree with, the diagnosis of FDH. However, since X-linked inheritance is suggested for this disorder, it is important, as this patient is a male, to rule out mosaicism or Klinefelter's syndrome by chromosomal studies. Dermatoglyphic examination might likewise be valuable.
Differential diagnosis from dyskeratosis congenita is not difficult, since there is little clinical similarity. Although telangiectasia is present in FDH, there is rno poikiloderma. Dyskeratosis congenita is a premalignant dyskeratosis and accompanied by a different constellation of mesodermal disorders (sometimes including pancytopenia).
The following cases were also shown:
( 
Mrs E M, aged 75 History: Carcinoma of breast treated by radical mastectomy and radiotherapy three years previously. Admitted with ulcerations of legs (Fig 1) , wrists and face of four months' duration. She had lost 2 stones (12.7 kg) 'in weight and had a poor appetite. Lymphadenopathy found on examination.
One month later she became confused and lost her left-sided vision. Right optic disc blurred. Hepatomegaly also became prominent. At this time her symptoms and signs were thought to be due to secondary deposits from her previous breast carcinoma. During the next few weeks she required numerous blood transfusions. She was later found unconscious, had a convulsion and developed a left hemiparesis. A gradual recovery 
